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Recent Advances in the Diagnosis and Treatment
of the Idiopathic Pulmonary Fibrosis
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Idiopathic pulmonary fibrosis (IPF) is a fatal disease of unknown cause and characterized by progressive and
chronic fibrotic change of pulmonary interstitial tissue. IPF occur mainly in older adults, show progressive worsening
of dyspnea and lung function, and are associated with poor prognosis. During the past decade, researchers
have found several novel cellular and molecular mechanisms, and related signalling pathways, implicated in the
pathogenesis of IPF, including the roles of transforming growth factor- pathway; the abnormal behavior of alveolar
epithelial cells and fibroblasts; the shortening of telomere, the deficiency of extracellular glutathione and excessive
oxidative stress, these findings may contribute to the identification of new therapeutic targets. An international
consensus on the diagnosis and management of IPF was published in 2011 and based on the best available evidence.
Meaningfully, the statement defines IPF as a distinct clinical entity associated with the histological appearance of
usual interstitial pneumonia, and provides specific recommendations for its diagnosis and management. To date,
available evidence against the use of the following monotherapy of IPF: corticosteroid, colchicine, cyclosporine
A, wafarin, interferon-y1b, bosentan and etanercept. The combined regimen of acetylcysteine, azathioprine and
prednisone is also not recommended. With the recent approval of pirfenidone in Europe for use in IPF, and a rich
pipeline of experimental therapies in various stages of clinical development, the future looks bright for new treatment
options. (J Intern Med Taiwan 2013; 24: 446-452)



